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Definite, Probable ZX{ & &9 5,
EUBIANF—ELTTROBREEREZEDD,

(1) EFBRISFH/INF—
(2)#BHRYZEREHESIRFMEZF/VF— (DMRV/GNE myopathy)
(3) ERMEEE R AL B2/ \F—

(4) ZDMDZEFEEZIA /NTF—

(1) =3 EI=4/3F— (MIM# 254130, Miyoshi myopathy, Distal dysferlinopathy) 8l E 4
@ BT ICH ALAFH

A. BEEREYSE (a DD b EiE1=9)
a. BRAKBMER (LMHER) XITMFE M
b. EITHEDFH HETRUHENR: TREEHE. HICHERIEINS,
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-REEEHIL 30 METIZELY,
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a. dysferlin R (BHHREZEEXII I R2 T OV MEHT)
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myopathy*) 2 T B 4E
@ BT ICH ALAFH
A. BEEREYSE (a DD b EiE1=9)
a. BRARKBMER (LMHER) XITMFE M
b. EITHEDH NET RUFHEMR AR EHOKXBREHE. KNGEHIABRINDH, KEREEERH &
ZLUAER=NB,
(UTIEBEMR)
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JRIEF R R

BRYZERERTHMOIA/NNTF—

@D ATI)—
Definite: AR [IBD D73t —FHZimr-L. HhD C Zim=3 1M,
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-ARMAEE R 7~ A AT +— (OPMD)
SRR 7R (BT SV BR 57 #R 2 CPEO)
R IR R A
BERYEREETMDIA /I NTF—

O D HhTI)—
Definite: A+B+D
Probable:A+B+C
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A BREREYEH (a mD d DETERT)
REUHHEAEIZRINDS,

WA TH D,

. BREBZEOL T BEEEXITETETH D,
2 FEUEDOEBTHD,

O o o

o

B. HAERARE (aMDbZEiE=7)
a. IRERILDOFE
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® Distal anterior compartment myopathy (DACM) : dysferlin RIBIZ &5, EEERZBEIZ=FEIZLEH . TR
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Non-dysferlin distal muscular dystrophy : =F& Ll f-EER - RIEBEFTRF 29 5., AR, ANO5
Welander distal myopathy*:40 (X LARZIZHIEL . FIHEMEHOHAEBETETRT, AD, TIAI
Early-onset distal myopathyx:/NEFE CHIE B # - FHEMBHHRVEREFHHOHNETETI,
AD, MYH7

® Distal myopathy with CAV3 mutation: HEERE TFHNHDHNETZRL. BFEHEREZET 5
»%.,AD, CAV3

® Vocal cord and pharyngeal dysfunction with distal myopathy (VCPDM) : BB JUTRER HETEZTRT,
AD, MATR3

® Distal VCP(valosin containing protein)—mutated myopathy*: B /3 v MR ERTEEAIEER SRENEZES,
LIELIEMiEREZEILZEHS, AD. VCP
Distal nebulin (NEB) myopathy*: /NRMNSEEFRAFKIE CHIREHDOHNIETETRT ., AR, NEB
Tibial muscular dystrophy (TMD)*: RIFE B DA NETZETRT . AD, TN
7 R AR HEME S A/ S F — (myofibrillar myopathy) - fRIEBZMCHRHERN DR A GEREEHEZRHHET 5.
BE AD. TTID, LDB3, CRYAB, DES, FLNC
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SEfrL . UNFR 8 D EIRLVE AT AL 10
BERRaV
10 aeL EECEEZHY. IWRBOBBVINAZETEELET 5
LEER LIS 0
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HMEXEHEL. BB, iR, BB HEBE)GEIIZELEREZETHARETHY. BELBAMED
EEE (BEER) ERETHS,
PRAZHRHERESE 2 B (neurofibromatosis type2:NF2) (&, F{AITEIC A 3 HER i $HIE (RTREHIZHIE) &
FHEL, TOMDOAFRES RV EHHEHE, HIRE. SHLEKE) CRERE(RTOERAD
REMIZME, AR RFE(FEHARB 22T HELBEAMOEMER (BHER) KETHD,

2. [fRE

MIFRMAEE 1| RORREGRTFIE 17 BREERB(17911.2) ITHEL. ZOEEFEYIFE=21—0T
47 BXZ (neurofibromin) EFEL M, Ras BE DR Fil#IL THIAIEE CHRREEZIMNHI TSI &ITLY.
fEEDHFRELBEEHETHEEZLNT NS, NF1 BIEFIZEEJRHNUT R R - R IE
fiE 1 BTIE. RAS DIEEMAEMEIEDT26. RAS/MAPK #ZER0DEMEIE L PIK/AKT RO EHHEEE
C. #ERHELIILOHLL. ZEDRELZLELLHEHBIINTIVS, LML, FELLMEREIC DV TIEREAL
RN,

PIRIRMERESE 2 HDEEEGTFILE 22 2BEERMB 22912 IZHFEL. COBGFMEVHITEREK
merlin (X[ schwannomin) E& {FIT5NTLVS, merlin (XEBHIHIEFELTELKEEZ DN TINS, #HiE
IRHMEFEIE 2 B TIL, merlin MEBEEFICEENEL., IEEL merlin DTEEWDIZHKIET D, FHKIZ, #
IRIRMEREAE 2 B LIS DO — D HHIEHRIE - BRIEIE - T8 L KIELE TH merlin DEBEEFICERENR DD
T,

3. fiER

O RMERELE 1 23, L TOERZHHET S,

HI7x- AL —-RETEY EDYVDLGVERTHY ., BIERNILII—E—BENSRVERIZESET
AT BRERANICBORREAONGND, BEIRABDOLONZL AAEFTUITEONGHIETE
LTS, /NETIEE 05cm LLE, A TIEE 1.5cm LLEEEELT B,

HRRIRMIE - RS OHBREELERFRELIYLBICEHT 5, COMKR T ORIEHERN O M#ERME
& (nodular plexiform neurofibroma) . U2 T O 12 #34 IE (diffuse plexiform neurofibroma) A BN BT
EELH5, BHEREAEEHES IREAENORETIABETEEDND2~4%IZELS,

- Z DD IENR:

RIERE—LIINMEERM. KEDOBEN. EnglH. EFHECRAFE. EENBTRRGL,
BRE-BEEFT-EHEAENEXRE. OREOER -FRHER. EF-WABDOEBLGLE,

AR ZE — T /MG ET (Lisch nodule) . RAIRIBIELE

NEREES —RaERBE. BT ERRE. SHESLE,
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Z D4t unidentified bright object (UBO) . ;H1t &8 & &S (gastrointestinal stromal tumor:GIST) , 8
HRRE ., BEREHEHRES. BRREFEE. TERM- ZEE. BRARRIMN LELELHDND,

HIGRMIEE 1| 2OZHORAUELT, BTz LHEHR R IENHONNILZ T LFEET
H5, NEFITEAT=-F-LEISELL EHNERELFEDON, REFEZTOMDIEEEZSEICLTE
BT g %, =L, MEREBICEEDIEBLZ L BABITEATZ-F LRSS HNYITKWIELZ LD T,
IR IRMEIELT TIRIZZ2ET B,

QIRMEIEE 2 R OREFHIIHLTHSHN. 10~20 KOREMNZ L, MAIDEMHZMELNZER
R THIN . COMBHOMREICHZHRENELD, F-. TOMDOFIRHERFSZLL CHIRE.
I REGELELD, RBEVEKE. BEAEHEBICKIOHEE- 55 DF T, EHMRBRHIEICLILIFRD
LUN-MNBIET-BRHBE 5, TOMIC, B5E. EEEHEMRE. EEROLUN, HITEFAS/MMKEH.
T8 FHRE. ANES. BTESOEEESTLEE/HIE1HD.

BRELLT, EE MR, BAOKRE., REMRENLET, HITESE MR LEABRERFEE1~2EF
HRIATOIDENH S, BEEESR MRI Tl FIEMEHIE S XREEHREZIRO LT 5B MNEHIE,
BERERE. =N RIRECRBENERLAOND, £ EHEFZ MRITIE, 2RI LEHMFHIELEE
HNIEE (ZLUELKRE) DAHND, CNoDEZIE. RERETICREIBRILAZFITEEFSILEH S
MNIBKRTEHELHY. RO FRITEHETHL, MAREBLLTUT, MERORE. EEEIRE.
BB RIGEREZITI BALRILEAIEMREREDORES LT LLEEE T BALNILA R
BIAEDIEPRICERTEIIEEH S REMICIEIBNERELRNIREZITS>. EEHARNE., &
T4 posterior capsular/subcapsular cataract [&. 80% EER(ICRONF-ETRHENH S,

4. REE
O IRHERERE 1 2
1) 8RN
HNEBODBENERHMEER LOMBELIRZATHATNS, LML, BEDLIAS, BRRETLIC
ERSEIIEEWABEREILGV O FEICIEC THEREETS,
2) IR IRMERE
AEEFLIIEBIHLTC. BERNAEATVLEZOREMERERESE 5260, S 1Y)
BRDVEE 1EIREG D, AV NIE. BT FICYIRRT 5, BN L IThIEL S HEF TICHKSRY
IR T %, NEDIDIFRL /UL DUR, EXFELMN . REARL—F—IZLSUBRLEHTH S,
VEMHHEREEINET 2 ELOEICHORLENCUIRT 5, BUEREHEHES IREHOR
BHIRERRET B,
3) ZEFRE
PRMHERE. BRE. BEMRIE. GIST 4L BADSBFEDOREITH T HEMMGEERELRE
FHERTIIIZITS,
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BRICIEFNICRIBEOREE EE MBS RARNTONG BRYEE. ELFARIEVEZEH
THb. BHEHECOVTREEDEB YA XAEERFRAIISLTELZDRKVBESL, HRE
[CISCIARAHMNERENS, —RIZ BEN/NEWOSBICF I AILH R EED S ERED TR
(FEL, BEAAEFE TESAREMLH 5. SNRFMOMIC, Hov—F 470 EDEMBRETRFHL/NE
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5. ¥tk
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HTELRVMGEIIE, QOL ABEL, £E@RDBIRLE L BEDRETIE, 5F-10 F-20 FEFEZ

£ /285%+-67%-38% TdhoT-,

O EHOHIEICHELEIE

1. BEHN (SN EEERIBEINREFER
3,961 A

2. RO
THEGFOERLGEZIEHINTO SO FFMIEAER)

3. MRMREAE
REEIL (FMITRMYTINGNIEDZELY,)

4. REDOEE
VE(REES. EAMERELCESHELH D)
HY

6. EEENEE
PHAZARAEREAE 1 BU(X DNB 77582 ALV T, Stage3LLEEXIRET B,
PHIRARAEREAE 2 XA R YD EREE P FEZ LT, Stage 1 LI EZXRRET B,

O fE#mi=ftT
% B R IE IR B ICRE S 2 AR EMEBTHAR ST S L D RIFRIARMR S B DUV -2 FRIE S D FEL R R B
MERRE HFRZRZREFRVEN KERZELT HIR HBEBTEF
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OMRIRMEIEE 1 B
Definite Zx R ET %,

A.

BIRP R M A

NF1 BIEFDRRERELGLIEELNREINDES,

REMTEREOEE (B -WBOLER. BEXEDER. BEE-
- RERA(BE—EERE) ICRME

No s LN oD

XI=fZL. TOHE BTSSRV RZER) ITBVWTREMANDERESEITT 5,

ABTITONRER—T7 oY —ZRANVEEEDORIEERIT 90%LL LERESN TSN, BEFR
BETEENRESNGEL MR IRMEIEE 1 RE2BE I H0ITTIIEL EDOBMICERRMIZIHEEZ AL
BEITRILFHEERIFSHVNLIZERT 5,

FRER RIS HTE 4
6ELLDAT-F- L
2B LA L DR AZHRAERE (B8 D AR ARHEIE CAR O MIRRMIER L) TR UFA MR IRMEAE

. REHDVIXE RO L IPHIFRE R BT (freckling)
. PR MR IBHE (optic pathway glioma)

248 LL_E DT F2 /M & & (Lisch nodule)

S
0

PREE DERIB)

ZEOAHTI)—
Definite: A, F/=Id B D7IEHH2IEH U ELFi&EH-T,

<ZEDMDBSEMR>

0O N OO N =

. KB BEEH
. AEMHETENR
BEMEBRNFE

amss

. B REIES

. Unidentified bright object (UBO)

. 1L EM B IESS (Gastrointestinal stromal tumor: GIST)
. fRE i

9. BERHHRMES
10. RBMFEE - TERMSEE - BFAARINS LE
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OmiRiRiiERE 2 3
Definite X% &9 5,

1. ZEOATI—
Definite1: MRI XI& CT Tl B8+ E % (RIREMHIEHIE) AN FET B,
Definite2: (- FELH - RBIHHEDO VT MDD BBRMBIE2R D EE) RAANIZD., XIEQOHVFET S,
@ FEIEOREMZIES RIERZHE)
Q RS- IR - MR BE- EEEaNEDOE VT h 2185
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Stage3LL EIZEZ BT HEDENRET S,

BEREESEE
DNB% %8 AERBELHRMERE
Stage1:D1T&H>T.NOMDBOTHDHED BE-#HEEEFBICITEAERMRELL
Stage2:D1XI[ED2THH>TN2RUB2ZEFE
BLNHD BE- -S4 5 EBCHEHINBE
[‘Stage3 . DITHoTNONOBOTHAED ~ BEEZBEDHELHY . HREE L |
DA KEL
Stage4:D3TH>TNIRIEBIOWLWTFhhE HELEICHEEOMELHY. HEKETF
EXiR0) toOMENKREN
Stage5:D4. N2, B2OW\ThhESTHD BARMEENSET. HELETFTOXENK
=0
[ RERE

D1 BRREOBDOHRIREESFET S
D2 BRMELBEHNZHDHERHEELIFETS
D3 BREZEHTIBH TELHOMRIRMEENEFET D

Ly

D4 VMR RHELE ICLIMEEREOLELVSANER
RFEBEREHEHESOHFEDHY

FRARAE IR

NO #HiRIERLIL

N1 FRE. BAFOMRBERCHRERICEERMEAHD

N2 BEHHIVTETHEOHRIERCEEFRRHY

BIRE

BO EHRELL

Bl BEELGVLLIFENERE (FIARELELLGVERR IR EER)

®RE). BREOEEOLER AEEH - mE . EEEE RIBXILERF RE]

&

- 14-

(Tem BEULDLOAEEST 1 1000 ELLE. FO—EMro2EBZEHTEL CEHELTHEX

B2 SEMNERZEHY [dystrophic type WL\ FHTABREZETHHAMDOERER HIEHH LT

_/



ORI IENEE 2 2

Stage 1 A EZXRET D,
FREEREIR
BEALANL(C )dB
AEEALAJL  70dB KALE 100dB ki HY (1 R)
ABEEALAJL 100dB KL E HY(2:)
EBEALRNL( )dB
AEEALAJL  70dB KALE 100dB ki HY (1 R)
ABEEALAJL 100dB KL E HY(2:)
A % FREE
— {8 R HY(1m)
i {8 R HY(2m)
NS ER (RTRERERZE B ) HY(1m)
— IR EEAEEMEET HY(1:)
TEEXIESES HY(2:)
BEHR HY(1:)
BAEE
— {852 BH HY(2:)
{8 25 B8R HY(4:)
+ SRR HY(2:)
&5 HY(2:)
SHAET HY(1:)
TR FAE HY(1:)
EREAEK
BEEHENK HY(2:)
SEEWRER HY(4:)
BEREESEE
Score & &t HE4SE HEEFE
StageO 0 [ZEAERRBELLY [ZEAERBELZL
Cstagel 1 [T BEomEsy | BEOEBEHY
Stage?2 2 BEOHREHY fEdH Y
Stage3 3 fEdH Y EEOMEHY
Stage4 41k FTEAKEL EEOMEHY
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PAREZ B DITIR D, ),

2. TREBRIATRIC R D EAEE IOV TCIE, WU ESHNEHEO T CHREMTON TV DIRETH
ST, [HIL6 2 H M T b EVIRES %E%##mﬁé LT,
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1. =

BREBRAIFENZEITIFHL. KBREUZOEES - CIMEAR. BEARICRAEMERELZE-L.
FTORRELTIRE . AEFFINERREZERT RETHOFFEMARBEMERTH S, MEFT -
[FEAZEZELI-EARD X BRI A DEMES. HDHUVIEHEITHIRFEICKDBARE A Z DERKRA
BORLELT . REDCAEL-NEEBICKYEBRERNERLGLI-OEHLEBREREET S5, 250
EWBIBEUREZEHT . CNFTRREARE (KRERXEIRE) LS TO A EES ISR
T.SRERRICHE— LTz, T EBHIROIRIADEEN LR ONS=0. RELFELIFEIEN TS,
R 1E. 1908 FICAKRBEZHRRL-ERRFBREOBREAELTORICHET 5,

2. [mEA
EREIRXDREDERFT FIKAELTTRBETHAIN, AL DIAILABEDELENARIEDS|IEEIC
HOTWAAREENH S, TNICEIEHNT, BECREMLGEFICEVNEXRNERTHEEZILSNTLY
b, E£f- RERBRZIUWEEGEFELT HLA-B*52, HLA-B*67. IL12B. MLX WNRITESN TL\5,

3. fEIK

BLhlE1:8ELHIZE L, REDE—VITLMTIE 20 BMATERTHIHN. PEETORENLH T
W AETIE. RKEIRB RUZO S KM EICERZ5IERITIENEL HELRVOLEAEZ XLk
DXERBB[IHEORMEE ., HHVOEHITHERFREICSLBIREN T DBRKRBTEORDELT  RE
DELT-MEDREESICEYBKRERNELD-HEHLBKREREES S, NEICITEHEMNLZE
T—HA—HEK RO LYV BB ETEROL BRI BB S8 A, TO-HTRHERDE
DENTHRIENZEHSINDIENZ W, BKRERDSE. RESHEEICROHOLNDIDIE, LEZMAERKRT
H5. FICELBRORGL, AR MEREEZROHDIIENSL, LEOZE ECGER. HEMTL) ICRE
EIRADEMENZ L, BEE. AR TOREMERKIREICHAETHD, THENSIREEZZITHIL
BHd. RED—EIZEDONDKBRAFAEFLIEIIRED P RICKERFEEE52 D, T, HE
EZDEND BEIROBEEBRE(CKY RIVEFERMOHEEZELSEELHL. BHIRFEICEL
SREREVELSD, BHOERELHELTROON .. BREESIRCHERIEBIRGE OME-FEICKD
ERELGEDEROCBSIRRENSHAMSMEICKDIERMNELS D, BEHREBARAOCKLE B EIRGED
BAEICEY, TROEZ MAEREELSD, - 10%EBEICKELBEEEZEHT S, TIOEEEEHR
ET 5, /NRTIERAKYEEFEICREOLEN AL, ERABIRCEHSIRRELN SHEETROHOND,
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RENEGBELICESHE)

18 KBRS 5 &

2 ¥ 4 &b a#®: ETKEMR. KEIIRS RUZ D73
b B lafmZE + WE TITXEAR
2 ER T 1T KENAR. REERKREIAR. B ENAR
IV & REERKENAR, DD/ XL, BEIRR

/ﬁ\ fir /"\ VDb + 1V B (BT KEIR. KEIARS BT
ZDHRIEME . METITREMRICIAZ .
' REERKEIAR. KD I, BEIR)
I la Ilb I v Y

4. BEE

MERERBOZEANRTAUESEITEETHCE)  REDMHZEZBMELTRIBRERXTEAR
(MHZLLT 05~1mg/ke/ B)BALDNS, R CRERMRENRE T NIEHBZRET 5. R PIC,
H7EINBRTDEDHRENHD, ATOARBREDEN . RTOAROFBICEWERT BEH. BlE
ANDBEENIORTOMRDORHBENDLEGEFICHWNTIX.IL-6 SBEABEZTETHLNIIXTT
(TCZ) . HANIEARLFH—*Zh b EL=-REINHEDHRERT 5, - BIROEE - 1LIRE
ExEIHEETMREEHELTECDHAEEENH DO I/MRE, FUREZEAGFRINS, 5
HEARIIEFEONEREICERT 58 MERIBASH T, RFHAERNRELEEZ SN SERERS
Nd, RIEMNLFELTHLDFMMNEELL, NEHLRERDIRICEDES L EADH 20%THS,
iNZ MK T HHEBRBEMAITHON S, KEMRFFABERLAEICH LTI, KERF B HRM AT
b, KBREICHLTIE ATV ST7MRIEMICKPMEREECAIOEBEBBRMTAITHND,
AMEICBTERTUN SRV MENAEIIERERICEEELRELREEITRTHS,

Fi-. RBIRMERE. BEOEMSOEICK T HMTEEME. 1) BHICKYENGEEENFONGLAE
S E. 2)BEBREZICISTEREETHNELSHE. 3) 5 MMM LARLERLI-IGE. 4) AT E
IRIXREDZETHD. WThEBREDBEFBROT. TAITREINHELTHOAR AR (TNER
BEETOIENEFNS,

*x 2021 FHRERBRERANTHLILIZEET 5,
T RBRRNBREREATIRICIK. BHOZERAMIS(UESEITTHIL,

5. ¥4
MRI, CT. ®FDG-PET/PET-CT [C&HBEDERIIREDRERR - REIBEETAIRELL. FEMNEL
WESINT, ZLDOEFI TRIADEFNAREIZAY QOL LM ELTETS, MEILEZET LIFIICE
BIEN B EB BT, PRERTET DI HELEELREL. BEIRIEE O X EARMERIEIZLHE M
E. KEIRFRAETREICESI-MEDT L, DFIEE, REMEEINE. BIRERN. KEETHS. L
A>T, BB OB GARABREEEN IS T HEUGNEMAE. hENABRIZL>TRETF
BOBENFTES, LBMEHBETRENVAEL TRENFIEZHBR CEIENLH LN, RE
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BRENDELGDHIEAZV, BRBIRK XEVKEITHFRET 570, iR, HENRELGS 7 —ZAN
L\ RIEMENGK, EEBBEZTEZZOT . DHEEICERENGHNIEERMY (TR HEILTTEET
Hd, LML, —EDERI TR HEZRZEELTHRT 50 H D,

O E#DHFEICHELREE

1. BER(SNTEEEEIBRETREEN)
4463 A

2. RIADHHE
EN:

3. MBHITAEAE
KHEIL (GRABERL, )

4. REDES
DE(EELEHECBERNSHS.)
HY

6. EfEENE
ERYRADEEENEEANT. N EULERERET .,

AR BBETREE
BAYE IS % OERUKE- B QOL M LITE T 2HFEYE (BEATE N & X
REREE HAEH ERLTEHAFESHNHEHERRFENHEN S 52)
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<BMREHE>
Definite xR & 5,

A JEIRF

a b O N =

7.
8.
9.

2B BB £ GBER. HEFR. VU \HIERGER) . EEEOSMLE (140/90mmHg LI L)

. & 98 . SHENARSE (carotidynia) . f9E. B EME. IBE. BiE. L&, THRAE

CERIER  — BT FEREORNES . RAMEER. KA RELEC(BENERE, SMEREK)

. BRERERAELR | BRYE. . SAMRAT. OFL HEE, BIS. KMREE. BHNEMS. ARE

C ERRAEIR: LU, p% £ LR, LT, LROIRBRVLERE EEBROIRIERESS. H

%K. 10mmHg L EDMEERZE) | IREDITTE (KERFFAET 2ELBEET D)

- FRIER: LU, AR A, TEERIT. TEORBERVMERS (TERBROHEBITEH D

IS, MEET ., £ETFRRImEZE )

MERAEIR - BED . EpiF., PRIREREE. MR, MEREER, JRODER, TR, DS, SHnERS
FERREER  RERR M EHM T . BB KRB XD EH

REHEIK - REE AT BE

Xa MEBICEYBANELH-OMRIMICIEBT H&
Xb ERFEICEYEA OB NDBEAEL SO RMIZHET HIE

I FEALRELY 10~30mmHg LM NS NBIEE

B. BIRIREFMR

EBRBREMR  RBIREZDE RSB OEABHDINEELLMNRHSND, SRE FEBUVE
AEDREEMIRZE ™ JBRMRE (FAEZEL) “ HAHNIHRERE BEEL)™ DR

Xa REIREED—RAREIEL, KEIAR (LT, BT, E T1T. BE T1T) . KEIARD — X958 (EEIAK
ZEY) . MERET %,

Xb ZHMLIE. LFED2 DL EDEIRE (ETEAL. KEIIROD2RFLU EOVWTI N TH D,

X IBEREMRER. BER(EHEHIROTAOZH ML) EF CT. &5 MRIEIIREL B D EZSN
£).PET-CT (BARE £ A D FDG BYHEA) THtiEh 5,

XdFEEHRE. LEREREE. MER X R (FITKEIAIRD KIKIE) . CT angiography. MR angiography.
DRERETEEE (RBRARAESS) MEEFL TREHEN S, EITREIRIEILRL . KEINRAFAET £
LT IBHERAIZIE, CT ICTEIREED £ F R RIE. CT angiography. MR angiography [ZT{IEI
mITEROFEEINEHIND,

B2 EDOEE R ER CT (LER R TS, CT angiography [LEFZ R TR . = RTER
WEEERR, MESEERE. MEREAER. BBk £ EELGEEREFFBMET HRRIZIT,

C. SIS H

BIREELEE . ERMEME EHE | RAEMERIKRBIARE . B EBIVE. BEthEL. EMEEEIRE

- 20-



(BISEEIAR ) . MERA—FyhE. 5G4 BERS
<EWDHTI)—>
Definite: AMS5b 1 IEBLUE+ BOWTFhHhFEDH.CEBRIILI-DD,
(BEmR)

1. Mi%k-£1LPRR KLt CRP S{E. BMmEkiEM, Al
2. BIEFHEE HLA-B*52 E1=I% HLA-B*67 £ H

- 21-



<EEESE>
BRI A O BRI
NELEERNRET S,

g BEBIAEBILSEROGREL, TR, XA, OV RBRAELL),
MR (RERGEY. FROFAGE. WERE. SOELE)FHREARD
. homEES (CT, MRI, MRA, FDG-PET ’é’é‘@)(:f%fﬁ&“@ﬁﬁ?ﬁﬁﬂ&)%h
%,
FEL. ISR E MR B EL LR BEET 5155\ TR 7O FRIERCE
AR AR,

IE  LRER. FEAERSN. RTO/REESCRREAIC TRRH L LER
e A A

THE | RTO/REESCRREL. HHLEAF—~S Az (PTA/EVT) . VRIS

EIZEh D H5T, LIELITEREFZYRL, FEDET. HAWIIBENZEDH LN
%,

VE  BEOFRERETIEALAHE KDIRFFETLE. BIRETAK. BBk
MR B OSSR, FHEE) B LN . BALARE. SR AR EL
15,

VE  EELEMESETS GoMtORL. DEIEE, MIRMETSEESHEE.
MRS (R, BB EE) | B MR . B S RIS £ 5 HHE
EHL. BEAR, BRELELT S,

SR HLE [ OVERE FE /3 B O TS 233 ) B B A

1. JHRA W B ERR fh\@E%ﬁé_%bf\%M%@Lmﬁ&mﬁﬁﬁ&mﬁA A
NOBOLOZHANTHELLZ 2R (722U, YRR 2 R~ T HFRERETH- T,
WARER L DR D),

2. IREBAERICI T D EIEE B OW TR, #Y R EFEEO T TIRENMTHOIL TV S IREE
ST, L6 2 A M T b EVIRES %E%ﬁ#mﬁé LT,

3. B, SEROBEN ERLOEEESFE T T LIZEY LW ETH L0, B ERE T 5
TENRERBDIZONTIL, EREMRONGET 5,
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41 BEHRRatEEIAR %
© m=

1. =
RE-hROBARICEMAZHEIAFEEZMRT SERXETHS. KBIAREZTDEES K. FFITH HE
IRESVMEETES T 5, LIFLITXAITESIAR (LLT . BISEBIAR) #[EE T 5. D=8, LIATIEBIZEE
ARZIEFFIEN T A RSN EHRREEARXIEZTDBHNEREINT-, 50 MU LDOBEFICRE
L. EEFIIRETIaRBREEABHTHS, BRIEIEIZFIF1:2~3THD,
LIFLIEY DT F S HBHRAEZHEV. BB T HLIITHF(IBO TALULIZRELEZSN TV, i
BHGRYRTEGRENROON . KB AICZ BREZEHT DT NI DI,

2. RHE
FRRITTREBED, DAL ABEWMEYRERLELENREBERFOEENFEON, BEZERELT HLA-DRBT
*04BIEFEDBEEIHRESNTINS,

3. fEIK

3D D20 ERICRIEEERDEERZRH D, BEHATIL 30-40% DIEHI TRO LB LEEERTH
%, MERICKDAMFIET HRICEDIEMERBRBEDTO . FEDHICEN-AHEEZEL.H
20% MR N DFTEE RITEBAEDELREET , BED 40%(C 9T FUHELSREHBEERD. UITFit
ZRMMHBAEDH 15%IFEMREERXEEH T 5. LHIEKEL TR (ZLDHEETME. LEI105H
BRER) . BRRRER 40%DEETRD D, R, HEERE. BELLEDOTRE-ESME-OERERD S,
—BHEMHEE. KEE EREOREHEEESLEOHBER. ENICETEECE-FIERELEE
SRERSEHOERLEDHOND,

ERZE L. # 50%IKEIRABZDRE. HDWIIEE THROCBRESIRDKRLELZRDH D, 25%F2
EICKBRAREICKDERBIRERS . ik -EHIROIBEZMPL T H L. MEHEFTZENTLHIEN
PHLEETHD, =, TERTIE. # 20%IZBm B BRSSO EXKBRERIFE LR DS, KEIIRE L
H-REERICECY . BMEI~5FEL LR THORRAINDSIENH D, EMAMEBEIIRKICHE T HRBRS
ERBIRBIIREEDEFNEFN 171, 25 BBVERESN TS,

4. AR

MERIEEFHDLEANNTAUESEITRETHCE) . BEWARICFEIBERERTAMR (RTAA
R)ZFERT 5. kBEDBALHSHEIZE RATAOMR NIV RAEZESOATOMRKEREFTI. O
ATAMRE2~ 4 BE QWM ARDRICEHRT 5, HIFEDRATOMRELELT DEFINZL HFE
DATALRDFBIEEIZEEIZTS. ATAAFIEREOES . RTA4CFDERICHFEWOERT HEH.
BERADBENORTOMRBENDELEMNIZSNTIE.IL-6 FRABEETHIN VXTI
(TCZ) . HBWEALF Y —r ZhibELI-RENFIEDOGHAEERFT 5, BIROBEEREZRHD
HEIE. KBACRIEEE T T SOITERE7AEYVIZLSEEELEZHRATILELN DD,
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* 2021 FHARBRBERANTHAHLICBET S,
F1ARARERE T DRI ZJFOBBRANSAUESEITTHIE,

5. Ft&

ROVBETARERIIKAICSHTIEETHSH . RENSDRTOARAEICKYBFIENATEETH S,
EMEEISIRAEETIIWIRBIRBOBEENS L, EEAMERZ M (B4 X #. CT angiography,
MRA. & K. '®FDG-PET/PET-CT. CT scan & &) IZ&> T, KBIAREDEILZ BT 5,

O E#DHFEICHELREHE

1.

BEHR (SN EEERZRHILIRFER
1,269 A

- RIROHE

FHHGEEERELT HLA—DR* 04 B FLDHEMN RTINS, )

- IRBRRRTE

REEL (RIABEGL. )

. REBOEE

LE (B BRERYRUEEORBEES,)

HY (BARBRBER. BRIIIFZREET 1 FRBEOBHEES)

. EEEDHE

HRMTERSN-EMREBRXOEEESFEZANT, BEEEZHRET D,

Ozt

AR BBETREE

BRI % OERUKHE- B QOL FL(TET BHFRIL (AT & XD
RRNEE HAEH ERLTEHAFESHNHEHERRFENHES S 502)
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<BMREHE>
Definite xR & 5,

B EIAR X D EEELE (1990 £, 7A)HIOIFERIZES, )

1. BIEFEA 50 L | BRARER CREMREDFEERA 50 Ll L

2. #{it=ICEI-o1-58%E = ICHBEL = XIEFH AR B DESRICE B L=

3. AIEEHROEE BIEEBIARD [EHE X L EARIEL IR LG VRIESIRO BB DOIET
4. FRIEDTTHE FRIEH 50mm/BFHE KL E (Westergren iEIZ& 5, )

5

CBAREREBORE | ERHMROZHAXIAFEZHIREIHY. SREMIEEHES,

<gMoHTI)—>
Definite: 518 B p i< THIBEHZH =T,
NREE 93%  HFEE 91%
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<EEESE>
1) XIEDZEBDIGEEEELT Do

1) BEMEEBIREICESUTOVNT UL DEFESTEEL. M OEMBREBRE NI IHEIBRERATOA
FEEBIRENFHRESCEMRRELEET S,

@ BIFEADIRDIEBIERAA 03 Kk

Q@ KREAREFE =T KEARFEFAETL2IE

@ TRRXIFLBKRDEMMERE

@ FYHEOBEEREFIIABIRKRE

2) EMREMEBRRICISUTOVNVTAIDEREETEAL. M OEMBEBIIRXICHT S5 EHEERED
BLI D,

@ TRIIZEEOEMERED-OHREITGY, MTBEMNELJIUMABLELGLD, RIFITo7=H0,
Q@ &R EMABIRE. KBIREASET SENEFEL. ARBWFHNLELGLDORIEINEEERET 21210,

LT REYE [ OVERSE E Sy B O I 2B 1 5 B S

1.f%v (RS BRIR rh\@E%ﬁ%t%bf\@M%@LK%&@ﬁﬁﬁ&mﬁA A
NOFHOLDEHNTHE LI 2\ (72771, UikiofH 2 R~ iERIERE CTh - T, il
RAREZR B DIZIR D),

2. {REBRMEIRIZ T 2 EIEE D FHICOWTIE, MU R EFHEIO T TIHRENTOIL TV A IRTE
ST, BT 6 22 H M The b B IRTE %E%##mﬁé LT,

3. 7B, SERORREEN FFLOEEE SIS C—EU RICEYE LARWE TH L 03, mEERERZ KT 2
TENRERBDIZONTIL, EREMRONGEET 5,
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42 HEEIMEZRER K

1. BZE

EARIGMERICLY ., KB, & PpE EHMEICHESND, HEEIE S RBAIRK (polyarteritis
nodosa:PAN) [, B MEFFAHEL T, MERICREZELDIEETHS, LIATIE PAN EHI[ZT—D D&
BELLTURZAON TV -EEMERM L FEIME % (microscopic polyangiitis : MPA) [, EHIIE & & U #E/I
B-HREEARLTHIEETHY. REE. MEIFMILIEBERSLEIN TS, -, iFPEkRE
}14& (antineutrophil cytoplasmic antibody:ANCA)¥$ PAN BEMERIZIZBEINT . HEATIE. 2O
REICHTOIHEMEDOSV Y —H—[EFELEN, ITVRGEETIE. B BFFRVAILRREE(ICES
TRIETDEFDHLAHBESNATLEID, KB TIEFERICLAROHSNEL,

PAN DFHFIEF (L 53 ® T MPA KULEET, BRI 1EBLEFEDHIEL,

2. [FH
FFRVAINAOMDTAIVRBEREZEICRIET HEV|ELH DD Z<DEHITIFXEEIEFHAT
Hd,

3. fEK
EIRIEZH T REICKSEFEREBRBRBIRORERVEL. {FEICKDERFES DOEKOEEH
YA SN
A 2BEIR

LREFIDP T, FE(38CLLLE) A 54%IZ FEFHA (6 MAT 6 kg LLLEFEA) A 28%I2. SMED
23% DEFICROOND, RRICEE-BEFESELEFTNTH S, SMEX. BEIRERIZES B MR
BFICKIL=V—TFooHTUoo0RITEISERL, BERLEDMREEZEYT S,

B. fiaRaE K

RIS B, (B, R THEE . fREH) % 83%IC. FR-BEIEERE 75%I2. RIEMHERE 49%
(2. AR K (AR ZE | i M) & 12% 2. fifi- MORRSE IR E 24%I2. Th T B 5. F-. BEEE (R
MEREE)  HCRERCHELELRM., 27, BE) ODEK (DHEE, DIMER) O RERGELZET
52LbHINENTH D,

C. RISENAR % (RIS B EIE 2 RBIR %)

RIEIERDRET S5E . RIEBIRKEMFIEND, REFERUNMRBEZRDHEILLHY. =K

EREREFEOREE R, fHE. REMEEEEZHEICELH L,

4. BREE
BEEE HOGEDEEERE. DAHRE. PIRABREZELLSEEFICHLTIE. EREANARE
ELTH LA TFaARE, 83 7O0RRT7ZIR/NILARIZRBROLYOKRRI7IRE 54 34ET 5. &
fE CIEWEFIZH T A2EHREAAE. VIO FaCFER TAERT 2N, AEDIENF+rDES.
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FELOORRI7IRNILAR I T FAT) & EBMGRAT 5,

REBIRKXDIE . REEECERELGE REERNHEMELLIIEELGEFIIHLTIE. #AJ)La

JLFASMRZEFEALTERL,
F1ARARERE T DRI ZFOBBRANSAUESEITTHIE,

5. ¥t&

BEHc2EL. MERENEELCLGVEHIERERIRTSIENEETH S RRICHRETES
CET R BRICEDEFBH D, EITAEEFBABES &, M, SH/E &t - 22 7L, R .

DFHEE, BT 2 TREY HHELNE<LS,

RFDEFIE. L DEREETEZLERICED, BICNEHRES . EBMHEES. #FEHT QoL

(quality of life) DIE T ZE I EFIHA LB,

O E#DHFEICHELREHE
1. BB (SNTEEERSBETREEH)
2273 A
2. RIADHHE
RAGEALADBEEOESNRREIN TS, )
3. MBHIAEAE
KT BIBRERTOAABREENBELN, B, BELBYET,)
4. REOEE
DE(AHEESOEPRENSBE,)
HY
6. EfFENEE
EEMEZRBIRADEREENEEANT, DXL DDRLUBERRET S,

O st
HAMKBEBRMREXRHAMMERDOERKE- BEH QOL M LIZET HHRI
MERKRE RRXFERKRZEFMAREBERRKR)IOITARESTF &#HE EH
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<BHREZE>
Definite, Probable 38R &9 5,
(FZE1EH]
(DWEEER
OFEB8CLLE, 2 BLLE) LAFE R (650 A LUIRIZ6kg LLE)
Q= mE
QRARICETIIETL. BEE
@R Hin | fxiEEE
GOLFHEE. B MEER. DEX. DXL
®HfE %
@FELEHM. FRRAZE
@ % FEIE B mifE 2
QK THat, RIEES. RE. &3
OZEAERE (X) . FHE ) . HHET
()% R
HFINBIARD T4 T /AR E R DFFE
BMIEEFAR
REEBREIAR 72 4% BFICBN/NEIAR) D 2 F /B ARTE &3 %2 - FAZE
(A)EErDhTI)—
(DDefinite
FEEERDI>H2IEB L EHY . M OBRT Rz -9 41
@Probable LI TFM(a). XIX(D)EH-F
(@QFEEZEDIL2IHE L EHY . M OMEEFA RE =9 4l
OEBERDI>EOZFEL6IEE LI EF =96l
(B)BELILHREMER
DB mk#EH0 (10,000/uL LL L)
/|t 0 (400,000/ul LA E)
QFRILTTE
@CRP &[5 1%
(6)#AIE2
OFEMIRA S R IME 2
QZFEME X EAFEE (IBF: V7 +—AFELE)
QIFELER M L R IME RS RERE (IBFF: 7L L F—EASFESNE L)
@)1 5 97
OBRAE (£5UTYTIN—T R HEEYITFEE)
®lgA ME X (IBFF: AN/ vk 1—54 U EBR)
DF7 T/ TFSFH—+ 2(Adenosine deaminase 2: ADA2) Ri&JE
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(ZE%£1E]
(DFERFRIC TR, I ARMERER. WIS, IV IREHAD4ODRAIZSTESN D,

(QFERMICL IFRATEFOMEDTEDRIELZRBMT HAER. I IV AREFREIN-BHEOEME R

BRI DEREET Do
(BRSNEB DHEKBITIREMEMEREET S0, FEWTERLREFMENSERITES,
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<EEEDE>

1) XIE2)ERDIBEEEELT Do
NIFEHESEBIRRICEDIUTOVNT A DEREZTEFTIT 5,

fis 2% FEEORNRE

B CKDEEENFBE—rIyTOFRBIKR S RITBOESZME2,

fif HRURME MR DEEENFET I E LI LS5 5*3, XIZHHEH M

i NYHA2 E Ll L DL AR 2 #iE+4

AR RiFEA DRRDIBER AN 0.3 K

H AEDQEALNILA 70 TON)LUE XIF—EIEDEEAA 90 TR
WL ENDBIEDEEAL RILH 50 TRV EDEAEE
FHEREEDELVEEX(IBH TELLEE5

e fREEE, HEERM

B I - R AR AR

POE DIEZE - JBE -HRA ., RIFENSIZE DR D RIS - Y87 (BRAL IR
HIEL)

ffE A M EREZEIZLY ., modified Rankin Scale T3LL E*6
REMEEEICEY. EFHNTRANTHAIUTHT
RiEEEEICLD2RULDMEEREE

Z Do fEER B, BERDIEE, EDS>%. EARFE

2)MERDBRICHEIUTONTNUODEHEZEL. A OARBREVLELT D,

{EEEH
BRI
CHIEE RS
- HEFR IR
=121

- FEARE IR
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*1 CKD EfEEHNFEE—r<T YT

EBRES Al A2 A3
REGSEE o -
FRER/Cr K
(g/gCr)
0.15 %% | 0.15~0.49 0.50 Bl E
Gl |E¥XIHE| =90 & ® Lo
G2 Eimm& 60~89 |  #% % Lo
GFR B4 —hERE T/
mus |G g TR las~se B | ALY |
/1.73 m) — T ————- .
a3p | TEE~EE | 50 44 ALV Fr F
_____ Y 1
G4 |BEET 15~29 7R 7 I
RXHEFL
G5 (ESKD) <15 7 7 7

2 BmEMSmLE
FELLEHEADOBHIRE - (FZFDONBEOBEE-IFEICLYRETIFEMETHS, BEINEESIME
IEERESOE. ARENESNE. EHES0E. BEHOLEHS. BYIXDERE. L=V -ToOFT
DUVRBEETOBEREDELLGENSTEONS, BEIREELZ T EERE (BHIREETERE.MR 7
OXFTST4—.CT FoXAIT 57— MEEEZREBLE)MR. MR -ELFZREFRRE (MTEL =2 F .
TILERTOUERE) Mo &MY 5,
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*3 BRI EEMAOEERESE

BEENE TEREARMER D E 67 ESITH HIESPO,
I 80Torr LU E 90 %RHEDIHFEIEMIZT S
I 70Torr LA L 80Torr Kif 90 %RMDIFEIFMIZTS
m 60Torr LLE 70Torr K& 0 HREDFERNITS
(BRGISEILAERE)
1\ 60Torr i BIERE

KERRDEEENECIEULZERELT S THFRBIRNARSETCIEU LOEBEH-E L6575 RHS
TIFEELGESTHRLY,

*4 NYHA I8 RE > 58

S BRAER

I BREBEFIRIILEFIGTVVDERERE. BEDOHKFEH T KT . BiF. Bh.
RIMERARE ST,

I BREHERECVDLAFEICHIRIILEDHIDVEBESE BEOHKFH T, K
7. BiE. BUN. B S,

I BREHZESEICFIRIILEDHDVRERE . RFFICIAORFLLEVN, &
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NYHA: New York Heart Association
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- 33-



*5 HAEEREDTEHERES

7 TEEHEOEBH TELVES] (3 &3, MERERICHRENEEN G RN T EREEESERD.
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modified Rankin Scale BEICTTRER
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PAN) EZHRSNTWVIERIDSS, hE O FFMEBIIRICIE B LRI ME X DA N EEETE S RBIRK &
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BEE.OERADRBEEEREBENZFEALEADNLENE LT BRI AL E H14K (antineutrophil
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115, B ERRIT. ERFM#FEEETI. CE1)

() BEBENAETH. BIBRERTASM R+ 90K TI7IREANS (BT V7ORRT7IR/NLADEE
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Gl |E¥XIHE| =90 & ® Lo
G2 Eimm& 60~89 |  #% % Lo
GFR B4 —hERE T/
mp | Gla pm TR l4s~se | W ALVY | &
/1.73 m) — T ————- .
a3p | TEE~EE | 50 44 ALV Fr F
_____ Y 1
G4 |BEET 15~29 7R 7 I
KEBELRE
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*2 WrRMERE MK O BEE 7 5E
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(BREHEEITRAERE)
v 60Torr K BERE
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UTOEEZFBTHLRT. BiF. Bh. BDERNEIS,
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RIMERAEECY . DL TELHEEREFBZITOILERIEET S,

NYHA: New York Heart Association

LTERAPETUEULEZEELT S,

NYHA D EICOVTIE, UTOEREZSE(ICHERT I LTS,

NYHA 748 BREEIREN RABRRERE
(Specific Activity Scale: SAS) (peakVOy)
I 6METs UL E HAEMED 80% L L
Il 3.5~59METs HEED 60~80%
11 2~34METs HEED 40~60%
v 1~19METs LI F AT REH BT
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RIELIFIOENETITADDITTIEGEL | A BEEFILBILTWSIRETHD
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1. =

ZHRMEXMERAFELEL., LEIEYS F—AFEBELHFIN TV -ERET, REHABEFNIZZ250
BREEERFEEME X, (2) LRBELMEEETHREERFEERX. QF ARTRHEBERZEL., TORE
B (2387 P Bk #A9 B HuiK (antineutrophil cytoplasmic antibody: ANCA))A\BE 5 4 AME RIEFRETH S,
LIRTIEERFPRDOBOH TEWNVEERTH =0, RERHAI DO RENHEEI IV ARBENALL, &£
MPENHELT-, REAETEZHIC ANCA DBIEFIBHTHRATHS. ZRNEXERFIBETEROLN
% ANCA DY TRAT I, BRRTIE, [FEAENTOTAR—RIIZH T HHi4A (PRI-ANCA) THHMH. HA
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MW AROBEIEROBEALMIFTHD, P, BBEE -RETBHOFMICKEVCTERENAERE
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BREATOMREMTAETDIENHD, Tz, G)IZBVLTRMERAVRINBNEEZ LN SIHE X,
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F=VOVBEMTOBRENDNRTT7EHE . RENGHIEGFEEL VORI T7IR/NILREELE) D6
BZET5. ChoDEFEARICIERMEDIZE . ARUXTT (B IL-5 k) O RE#ET 5, EEFTIE.
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